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LepynomnazmMun
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Hern

bone3ns Buiibcona

bone3ns Bunscona-KonoBanosa

Hapymenus oomena meau

KaroueBnlie ciioBa



Cnmcok cokpameHui

AJIT — ananmHnamMuHOTpaHChepa3a

ACT — acniaparuHamMuHOTpaHcdepasa

BB — Gone3ns Bunbcona

I['TT — ramma-rnyramunTpancepasa

MHO — mexayHapo1HO€ HOPMaJIM30BAaHHOE OTHOIIECHUE
OTII — oproTronuueckas TpaHCIIAHTALUS [1€YEHU

[N — npoTpOoMOMHOBBIN HHIAEKC

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHKE

[P — memounas dpocdaraza

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus

KT — xommbrotepnas Tomorpadus



TepMuHBI U onIpeaeJeHUus

XesaTHasi Tepanusl — CIOCO0 JICYCHHUS, 3aKIIOYAIONIMIICS BO BBEICHUHU IPENapaToB,
CBSI3BIBAIOIIMX W BBIBOJSIIMX U3 OPTaHM3Ma HOHBI TSKEIBIX METAJLJIOB.

I'emaTomerasiusi — yBeIMYCHUE TICYCHH.

CruieHOMeraJius — yBEJIHUCHUE CEIIC3CHKH.

Crearto3 neuyeHu — HanboJiee paclpOCTPAHEHHBIN IeraTo3, NP KOTOPOM B MEYEHOUHBIX
KJIETKaX MPOMCXOUT HAKOIIJICHUE JKUPA.

®udpo3 meyeHW — pazpacTaHUC COCAMHHUTEIBHOW TKAaHM OpPraHa, BO3HHUKAIOIIEE MU
Ype3MEepPHOM HAKOIUICHHH OCJIKOB BHEKJIETOYHOTO MaTPUKCa (OCHOBBI COCTMHUTEIHPHON TKAHU ).

Iuppo3 nmeyeHH —  XpOHHMYECKOE 3a00JIeBaHHE MEYECHH,  COMPOBOXKAAOIICECS
HEOOpaTHUMBIM  3aMEIlEHHEM MapEHXUMATO3HOM TKaHU NeueHH (GUOPO3HON  COCIMHUTEIBHOM

TKaHbIO, NJIN CTpOMOﬁ.
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1. Kparkas nndopmanus

1.1 Onpeneaenue

Bose3snbs Buibcona (bBB) oTHocuTcs K umcily HamOoJiee TPYIHO JAHATHOCTHPYEMBIX
3a00JIeBaHU TEYEHU B CBS3H C JJIMTEIBHBIM JIATCHTHBIM T€YEHHEM, OCOOEHHO Ha HadalbHbIX
cTagusax 3a0oyeBaHusl, U OOJBIIUM HOTUMOP(PU3MOM KIMHUYECKONH CHMIITOMAaTHKU. B cBs3m ¢
5TUM Oosie3Hb BuibcOHa HEOOXOIMMO HCKIHOYATh y KaXJIOro MalueHTa JEeTCKOro Hu
HOJPOCTKOBOT'O BO3pacTa C MaTOJIOrMel IeueH! HEeyTOUHEHHOH 3THOJIOTHH.

CBoeBpeMEHHOE Ha3HAu€HHE MAaTOTEHETHYECKOM Tepanuu Npu Oone3nu Bumbcona y
JETE  CONpPOBOXKIAETCS  PErpeccoM  KIMHUYECKOHM CHMITOMAaTHKH, I[PEAOTBpAlllEHUEM
(GopMHpOBaHUs LMPPO3a MEYEHU U HEBPOJOIMUECKOW CHUMITOMATUKH, YIYUIIEHHEM KauecTBa
KHU3HU M COLMalbHOW ajanTtanuu peOeHka. B cBA3M ¢ 3TUM BakHeilleld MeIUUIUHCKOW HU
COIIMAJIbHOM 3aj1a4uell sSIBIICTCS paHHsIS AUAarHOCTUKA U ajiekBaTHas Tepanus bB [1-10].

bonesns Bunbcona (cunonumsl: 6one3np Bunbcona-KonoBasnosa, renaroneHTUKYIsIpHAs
JiereHepanys, remnarounepeOpaibHas AUCTPOQUs) — peIKoe HacleICTBEHHOe 3abosieBaHue,
CBSI3aHHOE C HapylIeHUEM MeTaboiM3Ma MeIu U HU30BITOUHBIM €€ HAKOIUICHHMEM B Pa3IMYHBIX
OpraHax " TKaHsX, IPEUMYILECTBEHHO MPOSBIIAIOIIEECS CUMITOMATUKON MOPaKEHUsI IEYEHU U
LICHTpaIbHOW HEepBHOM cuctembl [1-10].

1.2 DTHOJIO0IrHuS ¥ IATOreHe3

[Taromornyeckuii reH, OTBETCTBEHHBIN 3a pa3Butue bB — ren ATP7B, nokanu3oBaH Ha
JuMHHOM 1iede 13 xpomocomsl (13q14.3-g21.1), cocrout u3 21 3k30Ha ¥ PUMEPHO 7,5 ThICSIY
reTepOLMKIMYECKMX OCHOBAaHUI HYKJIEMHOBOM KHCIOTHL. THUN HacleloBaHHs 3a00JeBaHUs
ayTOCOMHO-peleCCUBHBINA. B HacTosmee Bpems usBecTHo okoso 500 myranuii rena ATP7B, u3
koTopeix 380 maeHTHHUIMPOBaHBl B maToreHe3e 3adosieBanus. Haunbonee pacnpocrpaHeHHON
myTtauuen B rene ATP7B cpenu eBporneonHon packl sBisercss myTtauus 3207C>A (H1069Q) B
sk30He 14. Oxono 50-80% mnaumentoB ¢ bB, mpoxusaromux B crpaHax LleHTpanbHOH,
Bocrounoii u CeBepHoil EBponsl SBIISIOTCS HOCUTENSAMM II0 KpailHEW Mepe OJHOHN allIeNu ¢
naHHoW Mytanuen. Cpeau eBponeiicKoro HaceaeHUsl BCTPEUYAOTCsl TaKKe MYyTallid B SK30HE §
(2299insC, G710S), B sk3ome 15 (3402delC), B sx3ome 13 (R969Q). Onnako, yacTtoTa
BCTPEUAaEMOCTH JaHHBIX MyTanuil cocrtaBisieT MeHee 10%. Yacrora BcTpedaeMOCTH MyTaluu
H1069Q B poccuiickoit monyssiiuu cocraniser 30,5%, myraruun 3402delC — 2,2%. B Bpazunuu
B 30% cnyuaeB bB onpenensercs myrauust 3402delC, cpean MOHIIIOMIHOM packl - MyTanus
2333G>T (R778L) B 8 sk30He, uneHtuduimpyemas ¢ gactoto 12-45,6% B 3aBUCHUMOCTH OT
TEPPUTOPUATBHOTO apeayia MpoXHUBaHUA. 3a00JeBaHUE MPOSBISETCS MPH TOMO3UIOTHOM HIIH

KOMITayH/I-T€TEPO3UTOTHOM HOCHTEIbCTBE MyTanuii rea ATP7B [1-11].



ATP/B — ren JKCIIPECCUPYETCs,, B OCHOBHOM, B IICUEHH U KOAUPYET
MenpTpaHcnoptupyoiyrw ATd-azy (ATd-aza 7B, ATd-aza 2, ATd-aza P-tuna).
['eHeTndecku nerepMUHUpYEeMOe CHIDKeHHE (DYHKIMU Menb-TpaHcroptupytonieid ATd-a3er B
pe3ynbTaTe MOJICKYJISIPHBIX Je(heKTOB B TeHe ATP7B NpUBOIUT K CHIDKCHUIO TenaToOUIInapHOM
SKCKpEIMM MO U HapYyUIEHWIO BCTpPaMBaHUA MeEAU B LEPYJIOIUIa3MUH, B pe3yJbTare
OKCKPETHPYETCS U IUPKYJIUPYET anouepysomia3MuH (HEHArpy>KEHHbIM MEIbl0, CPOK
MOJIYBBIBEJICHUSI KOTOPOTO COKPAIIAETCS BBOE, UTO U OOBSACHSET TMIOLEPYIOIIa3MUHEMHIO), a
Me/lb HAaKaIJIMBaeTCsl B Pa3IMUHbIX OpPraHax U TKaHSIX, IPEUMYILECTBEHHO B ME€YEHHU, TOJIOBHOM
MO3re, pOTOBHIIE TJIa3a, MoYKax, obecrneunBasi IOTUMOPHU3M KIHHUYECKUX nosBieHui bB. Bes
HUPKYJIHpYIoias (B CBIBOPOTKE KPOBU) ME/b CBsi3aHa IepyJIOIJIa3MUHOM, a napaaokc bB, mpu
KOTOpPOM OTMEYaeTcss HU3KUU ypOBEHb MEIW B CHIBOPOTKE KPOBH TMpPU MEperpy3Ke TKaHEH,
00BSCHSIETCS HU3KUM YpPOBHEM Lepynomnasmuna. [Ipu Tsokensix popmax bB, mporekarommux c
[ATOJIM30M, TOBBIIICHHE KOHIICHTPALlMH MEIU JI0 HOPMBI W BBIINIE CBA3AHO C pacnajoM
MEPErPYKEHHBIX MEIbI0 TEMaTOIUTOB, CBOOOIHAs (HE CBA3aHHAsA IEPYJIOIUIA3MHUHOM) MeEIb
KpaiiHe TOKCHYHA U IPOBOIKUPYET reMouTHUeckre Kpusbl [1-10].

B opranusm Menp mocrtymaer B OCHOBHOM ¢ muileit (Tabmn.1). HaubGonee 6oratel Menbio
CJIEAYIOIINE TPOJIYKTHI: MEUYEHb, MOJUTIOCKH, KPaObl, KPEBETKH, YCTPHIIbI, JIOOCTEPHI, COEBHIC
000BI, IIOKOJIA]T, OPEXH.

Ta6auna 1 - Copeprxanue meau (Mr) B HEKOTOPBIX MpoaykTax nutanus (Ha 100r).

[Iponykr Menp, mr B 100r IIponykr Menp, mr B 100r
[TedeHb TeNsIubs XKapeHas 23,9 Manuna 0,170
ITeuens OapaHbs JkapeHas 13,5 Abpukoc 0,170

Ycrpuiibt 7,5 Penuc 0,150

Yrpu BapeHbie 6,6 SAiina KypuHble 0,150
Jpoxoxu cyxue 5,0 Kaprodens 0,140
Kaxkao-nopomiok 3,9 CBekJa 0,140
[Trope TomaTHOE 2,9 Baknaxan 0,135

CeMeHa IIOICOTHEYHUKA 2,3 Kusu 0,135
Opexu Kenibio 2,1 YecHok 0,130
KpeBetku BapeHbie 1,9 KpbixoBHUK 0,130
KpaOsl BapeHbie 1,8 CMopoaunHa uepHas 0,130
Opexu Opa3ubCKue 1,8 3eMIITHUKA CafioBast 0,125
CemeHa THIKBEHHEIE 1,6 Camar 0,120
CeMeHa KyH)KyTa 1,5 I'pyma 0,120
Taxuan 1,5 Kamycra 6pokkosu 0,120
OMapsbl BapeHble 1,4 SA6moku 0,110
Opexu rpernkue 1,3 ITomuop 0,110
Opexu KeApoBbIE 1,3 Penpka 0,100
DyHayK 1,2 Orypiibt 0,100
Apaxuc 1,0 Hepe kpacHbilt 0,100
CITaJIKH




Kanbmapbr 1,0 Buias 0,100
Mungans 1,0 Jlyk 3eneHsrii 0,092
ducranku x)apeHble 0.8 Crtsa 0,087
COJICHBIC
CmopoanHa 0,8 Jlyk penvarsrii 0,085
["oporek 3e1eHbIi 0,75 MoOpKOBb 0,080
ApaxucoBoe Macjo 0,7 Bunorpan 0,080
['pulsI 0,7 Kanycra 3enenas 0,075
Yeyesuna 0,66 Crip Yennep 0,070
I'peua sapuma 0,64 ChIp poCCUICKHIA 0,070
puc 0,560 ChIp paccoIbHBIN 0,070
repKyJec 0,450 AnenbpCuH 0,067
KyKypy3a 0,290 ChIp aibITeHCKUA 0,060
JIMIMOH 0,240 Jbras 0,047

Cyrounasi moTpeOHOCTh - 2-4 Mr Meau B CYTKU. BepXHHH JONYCTHMBIH YpPOBEHB
notpebaeHus meau - 5 mr (annsie I'occansnuanaazopa Poccun). Jlepuut Menu B opranusmMe
MOYKET pa3BUBATHCS PU HEJJOCTATOYHOM IOCTYIIEHUH 3TOro ieMeHTa (1 MIr/cyTku u MeHee), a
MOPOT TOKCHYHOCTH Is yesoBeka paBeH 200 mr/cyTku. Pa3znuyHple MyTaliud MOTYT BIHATH Ha
pasubie pyHkmuu ATd-a3zer 7B B pa3HOl CTENeHH, MTOATOMY, MOXKHO HPEINOI0XKHUTh, YTO MPH
HEKOTOPBIX MyTalUsAX HAPYIIAETCS 3KCKPELMs MEIU B XKEJIYb, HO IIPY TOM BCTPAaUBaHUE MENIU B
LEPYJIOIUIA3MHUH U €r0 SKCKpeLus B KpOBb HE U3MEHSAETCH.

[TaTorennsie > eKTs H30BITKA MEIN B KJIETKE ONOCPEIOBAHBI T€HEpaluell CBOOOIHBIX
paavKaIoB, KOTOPHIE MCTOMIAIOT KJIETOYHBIC 3amachl INIIOTATHOHA M TOKO(Eposa, OKUCISIOT
ounuasl, (GepMeHThl M OenKHM LHUTOCKeNeTa. BceneacTBue MOBBIMIEHUS BHYTPUKIETOUHOM
KOHLICHTpallUd MeEIU TOBPEKIAETCS MHOKECTBO BHYTPUKIETOYHBIX CHUCTEM, XOTSA TOYHAas
KJIETOYHAas MUIIEHb, Ha KOTOPYIO BO3JEHCTBYeT M30BITOK Meau, HeusBecTHa. Ha paHHMX
CTaIUAX MEYECHOYHO-KJIETOYHOI'O MOBPEXKIACHHUS BOBJIEUEHHE B IIPOLIECC IHIAOIUIA3MATUYECKOTO
PETUKYIIYMa, MUTOXOHJIPUH, IIEPOKCUCOM U SAPBILIEK B COUETAHUHU CO CHUKCHUEM aKTMBHOCTHU
MHUTOXOH/IPHATIBHBIX (PEPMEHTOB BEIET K IMEPEKHMCHOMY OKHCICHMIO JIUIHJIOB, HAaKOIUICHUIO
TPUIIIMLEPUIOB, a Jajee — K HeKpo3y renarorutoB. OOpasyrouuiics B pe3yabTaTe NepeKUCHOTO
OKHUCJICHUS JIMIUAOB MaJIOHOBBIN IHANIbJETHU]] CTUMYJIUPYET CHUHTE3 KOJUIareHa, CIoCOOCTBYsS
¢ubporenesy. JIuzuc neperpyKeHHbIX ME/bI0 IeNaTOUTOB MPUBOIUT K MOBBIILIEHUIO YPOBHS
CBOOOJHOW MeIu B CHIBOPOTKE KpPOBH H, CIIEIOBATEIbHO, KOMIIEHCATOPHOMY MOBBIIICHHIO
CYTOYHOM IKCKpEIMH €€ C MOYOH M HAKOIUICHHIO B opranax-muieHsx [1-10].

1.3 DuuaeMuoJ0rus

Yacrora Bcrpeuaemoct bB B nonymsauuu xonedaercs ot 1:30000 mo 1:100000, c
YaCTOTON I'e€TEPO3UTOTHOIO HOCUTENIBCTBA MMATOIOrNYecKOro resa 1:90.

1.4 Konquposanue no MKB-10

E 83.0 — Hapymienus oOmMeHa menu.




1.5 Knaccudukanus

B mnactosmiee Bpemsi ucnoib3dyerca kiaccudukauus ¢opm bB, moctpoennas Ha

KIIMHUYCCKUX IIPU3HAKaX 60J'I€3HI/I, COUCTaHUA HOpaXCHUA TMCYCHHU U HGHTpaHBHOﬁ HepBHOﬁ

cucremsl, npeanoxennas J.Walsh (1983 r.):

©)

©)

oeccumnTomMHas hopma;
nedyeHouyHast popma;
nepedpanbHas popma;
cMmeranHasi popma.

Cormacno kimaccudpukanmun H.B. KonoBanoBa, pacrnosnator 5 dopm remaro-

nepebpanpHoit auctpoduun (1960 r.), B 3aBUCUMOCTH OT BOBJICUCHHSI B TIATOJIOTHYECKHUI TIPOIIece

NICYCHU M IIEHTPAIBHOI HEPBHOM CHCTEMBI U XapaKTepa dKCTPAIMPaMUIHON CUMITOMATHKH [1-

10].

o

bpromnas (abnomunanbHas) dopMa — TSKENIOe MOPAKEHHE IEYEHH, MPUBOJSIIEE K
CMEPTHU paHbIlIe MOSIBICHUS CUMIITOMOB CO CTOPOHBI HEPBHOM CHCTEMBI; 3a00JI€BAIOT JICTH.
E€ npomomKuTeIbHOCTh OT HECKOJIBKUX MECAIIEB 10 3-5 JIeT Mpu OTCYTCTBUH TEPAITUH.
PurugHo-apuTMOTHUIIEpKUHETHYSCKAs WM paHHsSs (opma OTIMYaeTcs  OBICTPHIM
TEYCHHEM; Ha4yMHAeTCid TakKe B JIETCKOM Bo3pacTe. B KIMHMYECKON KapTuUHE
npeodsiajaloT MBIIIeYHasl PUTUIHOCTh, MPUBOIANIAS K KOHTPAaKTypaMm, O€THOCTh H
3aMEJICHHOCTh JIBIDKCHUM, XOpPEOATETOWIHbIE WJIM TOPCHUOHHBIE HACHIILCTBEHHBIC
IBYOKCHUS. XapakTepHbl au3apTpusi ©W  aucdarvs, CyIJOPOKHBIA CMEX |  IUIad,
ad(heKTUBHBIE PACCTPOIICTBA U YMEPEHHOE CHUKEHHE MHTEIIEKTa. 3a00JIeBaHUE IITUTCS
2-3 rona, 0e3 nedeHus 3aKaHUYMBAETCS JIETAIBHO.

JlpoxkaTenbHO-pUruHas ¢opma BCTpeyaeTcs dvalle APYrHX; HAUMHACTCS B FOHOIIECKOM
BO3pacTe, MPOTEKAET MEJICHHEE, C TEPUOJUYSCKUMU PEMUCCUSIMHU W BHE3AIMHBIMU
YXYIIICHUSIMU, COTIPOBOXKIAIOIUMHUCS CyO(DHeOpHIbHON TeMIepaTypoii; XapakTepus3yeTcs
OJIHOBPEMEHHBIM DPa3BUTHUEM TSDKEIONW PUTUIHOCTH M JAPOKaHUSA, JPOKaHHE OYCHb
putMuuHOEe (2-8 IOpokKaHM B CEKYHOy), PE3KO YCHUJIIMBAETCS TPU CTATHUYECKOM
HANPSDKEHUW MBI, JIBWKCHHUSX W BOJHCHHH, B TIOKO€ M BO CHe wHcue3aeT. MHorma
OOHapyXMBAIOTCSA  aTCTOUAHBIE  XOpeOPOPMHBIC  HACWIBCTBCHHBIC  JIBHIKCHHUS;
Habmoat0Tes Takxke nucarus u quzapTpus. CpeaHssi MPOIOKUTENBEHOCTD KU3HUA OKOJIO
HIECTH JIET.

HpoxarensHas popma HaunHaeTcsi B Bozpacte 20-30 jeT, mpoTeKaeT JOBOJIBHO MEIJICHHO
(10-15 et u Gomble); ApOKAHUE PE3KO MPEOOIaaaeT, PUTHIHOCTD MOSIBIACTCS JIUIIb B

KOHIIC 60J163HI/I, B pAAC ClIydacB Ha6J'IIO,Z[aCTC}I THUIIOTOHHWA MBI, OTMCYACTCA aMHUMU,


http://ru.wikipedia.org/wiki/%D0%94%D0%B8%D0%B7%D0%B0%D1%80%D1%82%D1%80%D0%B8%D1%8F
http://ru.wikipedia.org/wiki/%D0%94%D0%B8%D1%81%D1%84%D0%B0%D0%B3%D0%B8%D1%8F

MeJJICHHAasT MOHOTOHHAs pedb, TSDKENIbIe HM3MEHEHUS ICUXUKH, YacThl addekTuBHbIC
Benblky. Habmonatores snunentudopMHbIe TPUTIAIKH.

o DKCTpanupamMHIHO-KOpKOBasi ¢opMa BCTpeuaercs: pexe Apyrux ¢opm. Tunuynbie s
renaro-miepeOpaibHOi  OUCTpodUU  HApYIIEHHUS B  JalbHEHIIEM  OCJIOXKHSIOTCS
anoIUIEKTU()OPMHO PaA3BUBAIONIMMUCS MUPAMUAHBIMUA TIape3aMH, SMUICHTHPOPMHBIMH
IPUIIAJIKAMU U TSKENBIM c1aboyMueM (0OHapyKUBAIOTCS OOLIMPHBIE Pa3MATUEHUS B KOpe
Oonpmux nojymrapwuii). Jinurcs 6-8 jet, 3akanuuBaetcs etanbho [1-10].

1.6 lIlpuMepbI AUATHO30B:

o bonesuv Bunvcona, neuenounasn ¢popma. L{uppos neuenu.

o bonesnvo Bunvcona, cmewannas @opma, pucUOHO-APUMMOLUNEPKUHEMUYECKds

@opma. Lluppos neuenu.

2. JlnaraocTuka

Cxpunune na BB donocen nposooumucs y demeti 6 6o3pacme om 2 0o 18 nem, umerowjux
HeoOBACHUMOE NOBbIUEHUE CbIBOPOMOUHBIX AMUHOMPAHCPEPas, NposeieHus Qyib MUHAHMHOU
NeYeHOYHOU HeOOCMAaMmoOyYHOCMU, XPOHUYECKO20 2enamuma, yupposa nedenu, HespoiocuiecKue
HapyuleHusi HeyCmaHoBIeHHoU dmuonocuu, KymbOc-necamusuyro eemonumuyeckyio anemuro,
omsicoweHnblll cemetinvlil anamues no bB. Jluaecnocmuxa BB 6asupyemcsi na xombunayuu
KAUHUYECKUX — CUMNMOMOS, OAHHbIX  J1a00OPAmMoOpHO20  00C1e008aHUus U MOJNEKYIAPHO-
eenemuueckozo mecmuposanus [1-10].

Vmeepocoena bannonas wxara ouacnocmuxku BB (2001 2.) npeocmasnena 6
Ipunosxcenuu I'l.

Ipu nanuuuu xoney Katizepa-@netiuiepa, cHudcenuss KOHYeHMpayuu yepyioniasmuna u
nosviueHus 6a3anbHol IKCKpeyuu mMeou ¢ Mouol ouasHo3 bonesnu Bunbcona ne evizvigaem
comuenuti. OOHaKo 6 psde ciyuaes KIUHUYeCKUe CUMNIMOMbL MO2YI OMCYMCME08aMb Ul OblMb
HecneyuguuHblMUu, a nabopamopusie OaHHble HAXOOUMbCS 8 Npeoenax HOPMANbHLIX GeNUYUH,
umo 3ampyoHsem CKpuHuHeo8yro ouasHocmuxy BB u mpebyem oanvHetiue2o yanyOneHH020
00C1e008anUsl NAYUEeHMOo8 ¢ NposeoeHueM NYHKYUOHHOU OUONCUU NeYeHU C KOAUYECMBEHHOU
OYEeHKOU Medu 8 ODUONMamax nedeHu u MOJLEKVIAPHO-2eHEMUYeCK020 MeCMUpPOB8aAnUsl ¢ Yelbio
svisignenuss mymayuii cena ATP7B ([Ipunoocenue I'2.) [1-10].

Poocmeennuku no npamoil auHuu 6Ho8b 8bIAGNEHHO20 0OO0IbHO20 ¢ BB OondicHbl
nPOXOOUmMb CKpUHUHZ HA Haauyue y Hux 3abonesanus. Ilpu mwamenvHom cOope anamuesza
He0bX00UMO YOesimb BHUMAHUE BbIAGIEHUIO INUZ0008 HCeIMYXU, 3a001e6aHUll neyeHU, PaHHel
CUMNMOMAmMuKe HeBpOL0CUYECKUX OMKIOHEHU. IIposooumcs nabopamopHo-

UHCMPYMEHmMAalbHOe obcnedosanue nayuerma c uccnedosanuem memaboiuzma meou (ypOBQHb
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YepyIonIasMuHd 6 CblBOPOMKU KPOBU, NOKA3AMeNU CYMOYHOU IKCKpeyuu Meou ¢ MOUol,
ogpmanvmonocuneckutli ocmomp ¢ yeavlo eviasieHus Hanudus/omcymemeus koney Kaizepa-
Dnetiwepa), no pesyibmamam KOmMopo2o Peuaemcsi 60Npoc 0 HeoOXOOUMOCMU NPO8eOeHUs
buoncuu newenu ¢  KOAUHUECMBEHHOU OYEHKOU MeOu U  MOJIEKYJIAPHO-2CHeMULeCKO20
uccneoosanusi mymayuii cena ATP7B [1-10].

2.1 ’/Kaa00bLI 1 aHAMHE3

e [Ipu cbope anHamMHE3a PEKOMEHI0BAaHO OOpAaTUTh BHUMAHKUE HA HAJIUYHE:

o bonu B )kuBOTE pa3nuYHON JTOKATU3aLUY;

o HW3mMmeHeHme 11BeTa KOXKHU,

o HocoBsle kpoBOTEYECHUS;

o Tpemop, HEIPOU3BOJILHBIE TBUKCHHS,

o CrnroHoTeuyeHue, qU3apTpus;

o Hapymenue rnoranus;

o MurpeHnenono0HbIe TOIOBHEIE 00JTH;

o becconnuna;

o Jlenpeccus;

o HespoTtuueckoe noBeeHUE;

o HW3mMmeHeHMs TUYHOCTH,

o Ilcuxos.
Kommenrtapwmii: Kuunuueckas xapmuna BB xapaxmepuzyemcs MHo2000pazuem
CUMNMOMO8 U pedKo MaHugecmupyem 0o S-nemunezo 6o3pacma. OOHAKO ONUCAHBL
cayuau oebroma 6one3Hu Bunbcona y pebenka 00 0ocmudicerus 2-x 1em, yuppo3a nedeHu
8 ucxode 6one3nu Bunvcona y 3-x nemHe2o pebeHka u paszsumue 0CMpol Ne4yeHOYHouU
HedocmamouHocmu y pebenxka 5 nem. Pazeepnymas xnunuueckas cumnmomamuxa BB
makoice  Xapakmepuzyemcs — 3HAYUMENbHbLIM — pazHoobpasuem,  00YCl081eHHbIM
U30BLIMOYHBIM HAKONJIEHUEM MeOU 8 PA3IUYHBIX OP2aAHAX U MKAHAX U NPeUMyuecmeeHHo
NPOABNAEMC CUMNIMOMAMU NOPANCEHUS NeUeHU, YeHMPAbHOU HeP8HOU CUCHeMbl, 2143,
pedice nouex, Kocmell, cepoya, odicene3 6HympeHHel cekpeyuu. Hesponocuueckas
cumnmomamuka BB manugecmupyem nosoice, uem nopasxcenue nedenu, 8 601bUUHCIEE
cyyaes Ha 6MOpoM — mpemvem OeCAMUNeMUY HCUSHU, HO MOdCem NpOASIAMmbCsa U 8
oemckom eospacme ¢ uacmomoti 0o 26%. Haubonee paunuii o3pacm odebroma
He8polocU4ecKoll cumnmomamuxu 6one3nu Bunvcona onucan y pebenxka 4 nem,
neyeHouHol — y pebenka 2 nem.
Cumnmomsl nopasxcenuss neyenu npu bB y Oemeii 6ecoma eapuabenvhvl u umeiom

meH()eHuuio K bonee paHHeﬁ MCIHM¢€CmCl1/;uu, uem HespolocUYeCKasl cumnmomanmuka.
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Ilepsuunas manugecmayus BB moocem npomexams 6 ude ocmpozo GyroMuHaHMHO20
2cenamuma, nposasuAWe2ocs Koazyronamuet, suyeganonamuei, Kymbc-necamuenoti
2eMONUMUYECKOLl aHemuell, Ne4eHOYHOKIeMOYHOU U NOYeUHOU HedOoCMamoyHOCMbIO, C
BbIAGIICHUCM SHAYUMENbHO20 NPesblUeHUs MeOU 6 CbleopomKe Kkposu u mode [1-14].
Knunuueckaa xapmuna xpouuueckoco ecenamuma npu bB mano omauuuma om
nopasiceHusi neuenu 0py2020 2eHe3a U 6e3 namoceHemudeckol mepanuu npugooum K
Gopmuposanuro yuppo3a neuenu, ymo OuKmyem Heobxooumocms uckuovenuss bB y ecex
nayuenmos ¢ XpOHU4eCKUM HOpaxdceHuem NeyeHOUYHOU NapeHxumvl ¢ ulu Oe3 yupposa
neuenu. Xapaxmepuou uepmou xponuueckozo cenamuma npu bB aensemcs ymepennoe
nosvlueHUue OUOXUMUYECKUX MAPKEPO8 YUMOAU3d, X0Aecmasd u Oumupyouno8oco oomena
C BbICOKUM YpPOBHEM CMPYKMYPHbIX UBMEHEHUll NeYeHOYHOU NAPeHXUMbl Hnpu
Mopghonozuueckom ucciedosanuu buonmamos neuvenu. BB moowcem xnunuuecku
npomeKamv no Muny aymoumMMyHHO20 2enamuma, ¢ 6bls61eHUeM NOGLIULEHHO20 YPOBHS
Cbl8OPOMOYHBIX UMMYHO2T00YIUHO8 u Hecneyughuueckux aymoanmumer,
cleoosamenvHo, HeoOX00UMoO uUcKIoYams 0one3nb Buibcoma u y  OonvbHbIX C
AYMOUMMYHHBIM 2eNAmMumom npu He3phhekmusHocmu KOpmuKocmepouoHot mepanuu.
Topasicenue neuenu npu BB y demeti npu omcymcmeuu namoeeHemuyeckol mepanuu
xapakmepusyemcs — 8vlcoKou uacmomoui  (44%) gopmuposanus  yuppomuueckou
mpancgopmayuu nevenu 8 nybepmamuom nepuooe. Ilpu omcymemeuu yupposza nedeuu
OMMeyeHoO NnpeobiIadaHue CUMNMOMO8 XPOHUYECKO20 2enamuma MUHUMATbHOU U
ymepennot cmenenu akmusnocmu [1-14].

2.2 duzukajabHoe 00cae10BAHNE

[Tpu Pu3ukaTbHOM OCMOTPE PEKOMEHIOBAHO OIICHUTH HATHUHE:
o CwMmyrnoro («MeIHbIN») IBETA KOXKH;

o JKenrymHoctu ckiep;

o He3HauuTenbHON WM YMEPEHHOMN TeNaTOMEr ANy,

o CnaeHoMeranuy,

PexoMennyercst OLEHUTh HAIWYME HEBPOJOTMYECKUX HAPYLIEHUHM U IICUXHYECKUX
paccTpoOMCTB.

KommenTapuii: nakonnenue meou 6 20106HoM mo32e npu donesHu Bunbcona npusooum
K noepexcoeHuto 0a3anbHulX 2aHeues ¢ pazeumuem eUuno- Uid SUnepKuHemuyeckou
IKCMPANUPAMUOHOU  CUMIMOMAMUKY 68  UOe  AKUHEMUKO-PUSUOHO20 — CUHOPOMA,
amakcuu, mpemopd, OUCmMoOHUYecko2o cuHopoma. Hesponoeuueckue napywenus

paseuearomcs noCmeneHnHo u be3 nevenus HEYKJIIOHHO npozpeccupyront. Tcuxuueckue
12



Hapywenus npu BB ecmpeuaiomcsa 6 10% cayuaes u exnouarom 8 cebs Hapyuienue
nogeodenus, azpeccuio, Goouu, MaHuu, NCUXO03bl, UHMEINEKMYANbHYI0 U KOSHUMUBHYIO
HEeOOCmamouyHocms, 4  maxdce  CUHOPOMANbHbIE — COCMOSHUA:  OUNOJSAPHbLIE
paccmpoticmsa, oenpeccuu, oucmumuu. Onucamvl maxdice Muepeuu, 20j106Hble OO0,
becconnuya, snuienmuyecKue nPUCmynsvl y oemetl ¢ He8pOI0UeCKOU CUMNMOMAMUKOU

bB.

PekoMEHI0BaHO OLICHUTHh IMOpPAKEHHE JPYIMX OpraHoB (OMOPHO-IBUIaTEILHOTO
ammapara M KOCTHO-MBIIICYHOW  CHCTEMBI,  CEPJCYHO-COCYIUCTOW  CHUCTEMBI,
9H/IOKPHHHOM CUCTEMBI, MOYCTIOJIOBOW CHCTEMBbI, KDOBETBOPHON CHCTEMBI)
Kommenrapuii: npu bB nabnooaemcs wupoxkuili cnekmp 6HeneueHOYHbIX NPOosGIeHUl,
00HAKO 4acmoma Uux 6vlasieHus 8 neouampuieckou npakxmuxe He npesviuiaem 10%. K
HUM  OMHOCAM  NOPAdCeHue ONOPHO-08USAMENbHO20 —annapama ¢  GblsislleHuem
CUMNMOMO8 — OCMeoMansiyuu,  OCMeonoposd,  OCmMeoapmpumos,  XOHOPOnamuu,
CNOHMAHHLIX NEPELIOMO8, CYOXOHOPATbHLIX KUCMO3HLIX (opmayuii. Haubonee uacmot
JIOKanuzayuell AGNAemcs NO360HOYHUK U KOJeHHbll cycmas. Onucamvl nopextcoeHus
muluy npu Oonesnu Bunvbcoma, npomekaiowue no muny paboomMuonusd, 6cieocmeue
NOPAdICEHUSI MBIUUEYHBIX MUmoxoHopui. Omiaodcenue uzoblmKka meou 6 CepOeyHou
Mblidye npueooum K opmuposanuto Kapouomuonamui, apummutl, OuUcGyHKyuu
CUHYCOB020 V3.

Hpyeumu  peoxkumu  nposeieHusmu  Oone3Hu  Bunbcona  AGIAIOMCA  CUMNIMOMbL
NOBPeNCOCHUsL  Jicelle3  GHYMPEHHel CeKpeyuu, Xapakmepusylowuecs CUMNMOMAMU
2UNONAPAMUpPeoOUsMa, 2SUNEPNpoOIAKMUHeMuY, ameHopeu, 6ecnioous, NnOGMOPHLIMU
INU300AMU HEBLIHAUUBAHUSL OEPEMEHHOCTIU.

Topasicenue nouex npu BB ceéazano ¢ o3z0elicmauem uzobimxa meou Ha NPOKCUMATbHbLE
kananvyvl. Cnekmp myOyisapHuIX OUCHYHKYUL PAZHOOOPA3EH OM BbISGNECHUSL NOBLIULEHUS
IKCKpeyuu Mo4esoll KUCIOMbl ¢ MOYOU 00 @opmuposanus cunopoma Pankonu c
amuHoayuoypuetl, NOYEUHbLIM — KAHAIbYEBbLIM — AYUOO030M, enoKo3ypueti. U
INEKMPOIUMHBIMU ~ HApYUWleHusMU. Hapywenue dKckpeyuu 31eKmpoIumos moxcem
npUBOOUMdb K HePPOKATLYUHO3)Y .

T'emonumuueckasn anemus eviagniaemcs npu bB ¢ uacmomou 1-12% u cesasana c
NOBbIUEHUEM CbIBOPOMOYHO20 YPOGHS MeOU 6 pe3yibmame HeKpo3a 2enamoyumos.
T'emonumuyeckas aumemus Modcem OblMb OCMPOU U ACCOYUUPOBAMBCS C PE3KUM
nOOvbeMOM  YPOBHA  OuUnUpyOuHa, couyemamuvcsi ¢ QQYIbMUHAHMHOU — NeYeHOUYHOU

Hedocmammmocmblo, a makdxce Hocumv Clabo 8blpd[)f€€HHbllZ nepcucmupymmuﬁ
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xapakmep, npugoosi K XPOHUYECKOU aHeMUuu U SIISISICb  NepeblM  CUMAMOMOM
manugpecmayuu  BB. Tlosmopuvle 5nu300bl 2eMOIUMUYECKUX KPU308 NPUBOOSIM K
Pazsumuio diceruekameHnou bonesnu. Kamnu cmewannozo muna, o6pazoeamvl coasimu
ounupyouna u xonecmepuna [1-10].

2.3 JIaGopaTopHAass AMATHOCTHKA

PGKOMGHI[yeTCH KIMHAYECKUH aHaIu3 KpOBHU

KOMMeHTapHﬁ: 6p}la€ CJIydaes 8oblAasjisiemcs cemojiumudecKast AHeMus.

PexomeHyeTcsi OMOXUMHUYECKHUI aHAIN3 KPOBH

Kommenrtapwmii: ommeuaemcs yMepeHHoe nosvluleHue KOHYeHmpayuu
ananunamurnompancgepasvr  (AJIT), acnapmamamunompancgepaszvr (ACT), 6 psoe
ciyyaee — wenounou ¢ocghamazer (LD), camma-enymamurmpancgepaser (I17T),

ounupyouna.

PexomenyeTcs uccieqoBanue KpoBU Ha reMocTas (Koarysjaorpamma)
Kommenmapuii: y nayuenmog co CHUMCEHHOU hyHKyuell neyeHu Moxcem ommedamscsl
CHUDJICEHUe Nnpompomobunosozco umnoekca (IIM) u nosviweHue MmencOyHApOOHO20

Hopmanuzosannozo omuoutenus (MHO).
PexoMenyercs ucciieJoBaHre KOHIIEHTPAIIUH TIEPYJIOTUIA3MIHA B CBIBOPOTKE KPOBH

(Cuaa pexomenaamnuii — 1; 10cToBepHOCTD 10Ka3aTeabcTB — C)

Kommenrapmii: cruowcenue yposua yepynonnasmuna 6 cvigopomke Kposu (menee 20

me/on);

PexoMeHnyeTcs onpeneneHue CyToyHOM SKCKPELUU MEAH ¢ MOUYOU

(Cunna pexomenaanuii — 1; 1ocTroBepHOCTb 10Ka3aTeabeTB — C)

KommenTapuii: ouacnocmuueckum cuumaemcs nogvluienue CymouHou IKCKpeyuu meou
¢ moyou. basanvhol — donee 50 mxe/cym; 6 npobe c¢ J-nenuyunnamunom (500 me x 2
pasa 6 cymku) — 6onee 1600 mxe/cym [1-10].

2.4 UucTpyMeHTAJLHAA THATHOCTHKA

Pexomenyercst mpoBeieHue yiabTpa3BykoBoro uccienoBanus (Y3U) opraHoB OpromrHoOH
MOJIOCTH
KommenTapmii: no oOawnvimv Y3U mooxcem Ovimb 6visgiena ecenamomeanusi C

ouppy3uvimu  UMEHEHUAMU NAPEHXUMbl HedeHu 6 6Bude 2UNEePIX02EHHOCMU U
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MeNKoouazo8ou  HeoOHOpoonocmu.  Ilpu  wanuuuu  yupposa 6  napeHxume
BUZYATUSUPYIOMCS.  Y37Ibl  pe2eHepayuu, Cele3eHKd yeeluyeHd, npu  Ye8emogom

OONNIEPOBCKOM KAPMUPOBSAHUU — NPUSHAKU NOPMaibHOU cunepmensuu [15].

Pexomennyercs nposenenue pudpoanacrorpadus neueHw,
KommenTapmii:  uccreoosanue  yenecoobpasno — Onsi  HEUHBASUBHOU  OYEHKU

gvipadicennocmu uoposa nevenu npu bB [15].

PexomeHayeTcss  IpOBEJAEHHE  MArHUTHO-pe3oHaHcHOW  Tomorpadpuu (MPT) wu
KomibioTepHOit TomMorpaduu (KT) ronoBHoro mo3sra

Kommenrapuii: naubonee uwacmo ewiaenaiomes nouudcenue naomuocmu ua KT u
eunepunmencuenocms cuenana 6 T2 u T1 pesxcumax MPT 6 obracmu b6azanvhuvix soep
20108H020 Mo32a. Taxoice @vlAGNANOMCA UBMEHEeHUs CUcHAld 6 00aacmu cmeoid
20/I08H020 MO32d, MANAMYCA, MO3HCEUKA 8 coyemanuu ¢ oughgysnou ampogueli Kopsi u
benoco eewecmea 201081020 Mmo3zed. Mzmenenus MP-cuenana om cmpykmyp 20108H020
Mo32a mozcym omcymcmeogamsv y 7-17% Oemeu co cmewanHou ¢popmotl OonesHu
Bunvcona npu Hanuyuu negponocuteckou cCUMNmMoOMamuKy 8 guoe mpemopa, ou3apmpuu
U USMEHeHUs MbIUEeYHO20 MOHYCad NO IKCMPpanupamuoHomy muny. B moowce epems
usmenenuss na MPT u KT 2onoenoco mo3ea mozcym onepexcamsv pazgumue
Hegponozudeckou cumnmomamuxu 6 10% cayuaee Oonesnu Bunvcona u OGvimb

obpamumvimu Ha pone medvxeramupyroweti mepanuu [1-10].

PexoMenayercst KOHCYbTaIMs 0(TaTBMOJIOTa C OCMOTPOM CO IIEJIEBOH JIaMITOi

Kommenrtapuii: opmanvmonozuueckue nposenenus npu BB exitouarom 6 cebs xonvya
Kauizepa-Dnetiwepa u meonyro kamapaxmy no muny «noocoanyxy. Konvya Kaiizepa-
Dnetiwepa npeocmagiaom coool OMIOHCeHUe 0eno3umos meodu HaA BHYMpeHHel
NOBEPXHOCIU pPO208UYbL 8 decyememosgoll obonouxe. Buzyanusayus xonvya Kaiizepa-
Dnetiwiepa npouzsOOUMCcs Npu 0PMaIbMOL0SULECKOM OCMOmpe Npu NOMOWU WeleBoll
JIAMNbL, UHO20A NPU NOMOWU 2OHUONUH3, 8 OANEeKO 3auleOwux cmaousx 3a001e6aHusl
MOJCHO — 8UOeMb  KOIbYO HEBOOPYIHCEHHbIM  832715100M. [ opazoo peowce npu bB
gcmpeuaemcs pazeumue MeOHOU Kamapakmsl 8 eude «nooconanyxa». Kamapaxma me
gnUACM HA OCMPOMY 3PEHUs U GU3YANUUPYEMC NPU NOMOWU Wene6oll NAMNbl 8 GUOe
cepo2o unu 3010Mo20 OUCKa Ha nepeoHeli 000710YKe XPYCMAIUKA, Om KOMOpo20

paouanvro omxoosam ayuu Ha nepugepuio xpycmanuxa [1-10].
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2.5 NHasi TMArHOCTHKA

PexoMen10BaHO TpOBEICHHE CBETOBOM MUKPOCKOMHH OMOITATa IIeYeH!

Kommenrtapuii: mopgonocuueckue usmenenus neuenu npu BB He sasugiomcs
NAMOCHOMOHUYHbIMU U BKIIOYAOM 6 CeDs HA PAHHUX CMAOUSAX NPUSHAKU IHCUPOBOTU
uH@uUILMpayuU 2enamoyumos (KpynHoKaneibHot U MeIKOKANeabHol), 2IUKO2eHO80U
Oezenepayuu s10ep U OKAIbHBII 2enamoyeloNAPHbIIL HEKPO3, a makxadice npeodiadanue
MUHUMATLHOU U HUZKOU CMeneHy akmusHOCmU 80CNAIUMENbHO20 NPOYeccd 6 Co4emaHuul
C 8bICOKOIL 00J1€ll BbIPANCEHHBIX (hubpomuueckux usmenenui (puc.2-4). Kax nonazarom,
JHcuposas oezenepayus cenamoyumos npu bB ceazana ¢ okcuoamuenvim nogpesicoenuem
MUMOXOHOPULL C NOCTEOVIOWUM HAPYUEeHUeM MemaboIu3mMa 1unuoos, a 60CNAIUmenbHble
NPOSABNIEHUsSL — C NEPEKUCHBIM OKUCTIeHUEeM TUNUO008, 2eHepayuell c60000HbIX PAOUKANI08 U
ucmowjeHueM 3anacos 2nMamuoHa 6 pe3yivbmame HAKONIAeHUs U30blmka meou 6
ecenamoyumax. Onucamsvl 2UCMONOSUYECKUe USMEHEHUsI NeYeHOYHOU NAPEeHXUMbL N0 MUNY
AYMOUMMYHHO20 2enamuma, 8UPYCHO20, AIKO20JbHO20 U JIeKAPCMBEHHO20 NOPANCEHUs
neuenu. Ilo mepe npozpeccuposanus nospexcoeHull napeHxumvl, gopmupyemcs Guopos
u, enocreocmeuu, yuppo3 neuernu. OObIYHO 6CMpeYaemcs 2UCMONI02UYeCcKdsl KapmuHa
KPYNHOY3/108020 YUPpPO3d neyeHu 6 ucxooe bonesnu Bunvcona, oonaxo, onucansl ciyyau
U MenKoy3108020 yupposa. J[ia KauecmeeHHO20 BblAGNeHUss O0eno3umos meou 8
NEeYeHOUHOU MKAHU UCNONb3YVIOMC PA3IUYHbIE SUCTNOXUMUYECKUe Memoobl OKPACKU
(pooamun, pybeanosas kucioma, opceur, memoo Tummca c¢ cepoti), 0OHAKo, 6ce OHU

UMerom HU3KYI0 OudeHOCmu4eckyio yennocms [16-18].

PGKOMCHHyeTCﬂ KOJMYCCTBCHHOC ONPECACICHUEC COACPKaHNA MCAN B TKaAHU IMTCUCHU
KOMMeHTapI/Iﬁ: npu BB oOuacnocmuueckum se618emcs noevbluleHUe KoJIU4ecmeenno2o

codeporcanusi meou 6 mkanu nevenu 6onee 250 mxe/e.

PGKOMCHI[yCTCH MPOBEACHUC MOJICKYIIIPHO-TCHCTUYCCKOTO UCCIICIOBAHUS.
KOMMeHTapI/Iﬁ: B03MOINCEH NOUCK HACMbIX Mymauuﬁ, a 6 cuyyae ux omcymcmeust —

noauoe cexgenuposanue cena ATP7B.

OcHosnvie nposisnenuss BB npusedenvt 6 Ilpunoscenuu 3.

3. Jleuenue

3.1 KoncepBaTuBHOE JieUueHH e

Jleuenne BB pexomMeHayeTcss HauyWHATH C JAUETHI, HANPAaBICHHOW Ha yMEHBIICHHUE

MOCTYIIJICHUA MCIIU B OpTaHU3M.
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(Cuna pexomenaanmii — 1; 10cTOBEPHOCTD T0Ka3aTeJbCTB — C)

KoMmMmeHnTapuu: ocpanuuusaomes npooykmsl ¢ 8blCOKUM COOEPAUCAHUEM MeOU (neyeHb,
KpeeemKu, opexu, woxkoaao, epudsl). Kax mMunumym, 6 meueHue nepeozo 200a ieyeHus,
ucnonvzyemcsi c80000HAsL om Medu 600d, Npu HeoOXOOUMOCMU YCMAHABIUBAIOMCS
oyucmumenvHvle QUIbMPoL 0151 KOHMPOJsL YPOBHSL COOepIHCanUsl MeOU 8 8000NPOBOOHOL
600e, M.K. NpU ee OOCMABKe MOZYM UCHOIb308AMbCA MeOHble mpyobl. 3anpewaemcs
UCNONB3068AMb MEOHYI0 NoCy0y O npucomosienus nuwu. Heobxooumo uzbecamo
npuema UMAMUHHBIX U MUHEPATIbHLIX NPEnapamos, cooepicaumux meov. Juemuueckue
PeKoMeHOayuu npuooam K 3ameOdNleHUl0 Npocpeccuposanus 3a001e8aHus, 0OHAKO He

MO2ym UCnoJsib306ambvpCil KAK COUHCMBEHHAS TUHUS mepanuu.

B HacmosAuee epemsi UCHOJNb3YIOMCA pPA3NTUYHbLIE npenapanisl o1 Jevyenuss Oonesnu

BMJZbCOHCl, 06]161@61}01/141/[6 PAaA3TUYHBIM CMPOEHUEM U MEXAHUIMOM oeticmeus.

PekoMeH10BaHO HasHaueHue npenapara J[-nenunmuiamun * (Kog ATX: MO1CCO1).

(Cuaa pexomeHnaanmii — 1; 10CTOBEPHOCTH 10Ka3aTeIbCTB — B)

KommenTapmii: sensemcs npenapamom evibopa npu JeyeHuu 6onesnu Bunvcomna. /[-
NeHUYUIIAMUH NPeOCmasisien coOou Npou3eo0Hoe NEeHUYULIUHA, MOJEKYId KOMOpo2o
cooepoicum — C80O0OHYIO  CYIbUOPUNLHYIO — 2PYNNY, € NOMOWbIO  KOMOPOU
ocyujecmensaemcs XelamopHdas aKmueHoCmb OAaHHO20 npenapama. J{-neHuyuiiamuH
Mobunu3yem meodb U3 neyeHu u Opy2ux OpeaHos U yeeiuuusaem ee Mo4esyro IKCKpeyuro,
a makoce UHOYyupyem cunmes MemariomuoOHUHo8. /{-nenuyuiiamun naswadaemces 3a 1
yac unu yepes 2 yaca nocie npuema nuwu, m.K. eoa CHUdzCaem KUueyHyo abcopoyuro
npenapama. Hauanenvie 0o03v1 npu mepanuu cocmagnaiom 250-500 me/cym ¢
nocmenenHviM (Kaxcovlie 4-7 OHell) yeenuueHuem 003vl Ha 250 me 00 JneuebHOl
oozuposxku  1000-1500 me/cym, xomopas oaemcs 6 2-4 npuema. [[na Oemeltl
mepaneemuyieckas 003upogka /[-nenuyuniamuna cocmasisiem 20 me/xe/cym. Koppexyus
003bl Npenapama npouU3B00UMcs No Mepe CHUNCEHUS YPOBHS IKCKpeYuu Meou ¢ MOYOU.
Ilobounvie o¢hpexmovt nHa mepanuro J[-nenuyunniamunom pazeusaromcsi 6 30%
HaobaodeHull. Y 60nvHbIX cO cMeuanHoll (Hegponocuyeckoul) popmoti BB 6 30% cnyuaes
ommeuaemcs  YXyOuileHue  He8pOI0SUYecKol  CUMRMOMAMUKY, 4MO  C8A3AHO C
UHOVYUPOBAHHOU  BbICOKOU MoOUIu3ayue Meou U3 NeyeHu U OMIONCeHUeM ee 8
0a3anbHLIX AOPAX 20108HO20 MO32d, YMO NPOBOYUPYEM UL YCUIUBAEN HEBPOLOSULECK)IO
cumnmomamuky. Oxono 25-30 % nayuenmos ¢ BB na ¢one mepanuu paszeusaiom
OCMPYIO ANNePSUYECKYI0 PeaKyuio 6 6ude Cbinu, TUXOPAOKU, KpanusHuysl. BozmoowcHo
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pazeumue HOOOCMPOU MOKCUYECKOU peakyuu 6 6uoe NpomeuHypuu, yeHemeHus
KOCMHOMO3208020 KPOBOOOPAWeHUs UTU XPOHUYECKO20 MOKCUYECKO20 OeliCmeus Ha
Kooy (npedcoespemennoe cmapenue, oepexmuvl 6 hopmuposanuu pyoyosou mraHu,
CEPNUHEUHO3HBII NepoOpUpyIOWULl 91ACMO3, BCIeOCMBUe MOKCUUECKO20 B030elCmEUs
Ha KOJLIA2eHOBble BOJIOKHA, 603MOJCHO pazeumue ciabocmu cocyOucmou CmeHKU),
UMMYHHYIO CUCMeEMY C pazeumuem aymOoUMMYHHbIX 3a001e8aHUll (CUCIEMHAs KPACHASL
BOUAHKA, APMPUMbL, NOBLIUUEHUE AHMUHYKIEAPHO20 (DAKMOPa), a MakKice CHUNCEHUE
pesucmenmuocmu K un@exyusm. Ilpu npumenenuu J[-nenuyuiiamuna pazeueaemcs
He0OCMAamoyHoOCmb ~ NUPUOOKCUHA, —4mo  mpebyem  Ha3HauyeHnus eumamuna B6
(nupuooxcur) 6 0oze 25-50 wme/cym. Ilpu pazeumuu nobounvix Oeticmeuil JI-

NEHUYUIIAMUHA HA3HaYaemcs opyeoe aromepHamuenoe aeverue [1-10].

PexoMeH10BaHO Ha3HAYEHHE IMpENapaToB LUHKA (CyJb(ar, OKHUCH, aleTaT HUHKA) (KOX
ATX: A12CB)

KomMmenTapuii: yunx nooasnsem écacviéanue meou 6 Kuuieunuke u npuUMeHsemcs KaxK
anemepnamueroe aevenue npu bB. IIpenapamvl yunka uHOyyupyiom memaniomuoHuHbl
IHMEPOYUMo8s, 001A0AIOUUX BbICOKUM CPOOCMBEOM K MeOU, 4mo NPUgooum K 3axeamy
Meou U3 nuwu MemanlOmMUOHUHAMU, CBA3bIBAHUIO 6 JNUMeNUU KUWeYHUKd, U
npensamcmeuro abcopoyuu Memania 6 CUCMEMHbIL KPOBOMOK C 8bl0eNeHUeM U30bImKa
meou c kanom. Ilpenapamvl yunka menee mokCU4Hbl, Yem Xeiamopbl.

3a pybescom ona neuenus 6onesHu Bunvcona ucnonwvzyiomces Tpuenmun (mpudsmunen
mempamut) u Tempamorudoam amMmoHus, 0OHAKO HA POCCULCKOM DAPMAKON0SUYECKOM
PbIHKe OanHble npenapamul He 3apeaucmpuposanst [1-10].

3.2 Xupyprudeckoe Je4eHue

PexoMenioBaHO IpoOBEIECHHE OPTOTONMYECKONM TPAHCIUIAHTALMM IE€YEHU NPU HaJTUYUU
MOKa3aHMM: pa3BuTHE (GyIbMUHAHTHOMN MEYECHOYHOU HEIOCTAaTOYHOCTH;
Hed(D(PEKTUBHOCTD TEpamuu XejJaTopaMd MEIU B TEUEHHE HECKOJIbKHX MECAIEB Y
MAllMEHTOB C JEKOMIICHCUPOBAHHBIM LMPPO30OM II€YEHH; BO3HUKHOBEHUE TSKEION
MIPOTPECCUPYIOLIEN TEYEHOYHON HETOCTATOYHOCTH IIPU CAMOCTOATEIBHOM IIPEKPALLEHUN
JICYCHHU S, TIPOTPECCUPYIONTUX M HEOOPATHMBIX HEBPOJIOTHUECKUX HAPYIICHHSIX.

KommenTapuii: gviorcusaemocms nayuenmog 6 meueHue 200a HOCAe YP2eHMHOU
MPAHCNIAHMAYUYU NO NOBO0Y PYIbMUHAHMHOU NeYeHOYHOU Hedocmamoynocmu npu bB
oocmuzaem 70%, 6 omcymcmeue mMpAHCHAAHMAYUU BbIHCUBAEMOCb COCMABIAEM
eouHuunsle caydau. Ilpu mpacniaumayuu neveHu Ha cmaouu OeKOMNEHCUPOBAHHO20

uupposza nederu 8blHcueaemMocntb nNayuernoe 6 medenue 200a cocmaensem 95%, uepes 5
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nem — 83%, uepesz 10 nem — 80%. Vinyuwenue nesponrocuyeckol cuMnmomMamuxy nocie
mpaucnaaumayuu  Haobnwoaemca oonee uyem 6 5S0% cayuaes. (Oomaxo, ecau
He8poNocUYecKas CumMnmomamuka nepcucmupyem oOonee 2 jem Ha ¢houe Jedenus,
VAYYWeHue pe3yibmamos Nnocie NposeoeHus: OpMOmMONUYEcKol MpaHCHIAHMAYUU
neuenu Ui NPOOOIHCEHUs XeNamOopHOU Mepanuu Maioeeposmuo. Boijcusaemocms
nayueHmos co cmewanHou ¢gopmoi BB nocne npogedenus mpancnianmayuu nedenu
HUJICe NO CPABHEHUI) ¢ NeYyeHOYHOU (opmoil. Tpancnianmayus newenu NPusooOuUm K
HOpManu3ayuu 0OMeHa Meou, NOBLIUEHUI) VPOBHS YepYIONIA3MUHA 8 Nepable MeCsuybl
nocie onepayuu, CHUMNCEHUIO IKCKpeyuu meou ¢ MOYOU Nnocie MPAaHCniaHmayuu ¢
NOHOU HOpManusayuel OAaHHbIX noxkaszameneu K 06-9 mecayy nocieonepayuoHHo20

nepuooa, ucuesnosenuio koney Kaizepa-@uetiwmepa y 6orviuuncmea nayuenmos [1-10].

4. PeaOnuranus

He pazpaborana.

5. IlpopuiaakTrka U JMCIIAHCEPHOE HADJIIOeHUE

5.1 Benenue nanmueHToB

Huaenocmuxa u mepanus BB y demeii ocywecmensemesn Ha Oase cneyuanru3uposanHbix
CMAYUOHapos8 2ACMpPOIHMEPOLOSULECKO20 (2enamonocuyecKko20) npouis ¢ npusiedenuem
CLeOyWuUx  CReyuanucmos. 2acmposIHmepoloe (2enamonoz), OKYIUCH, HCUXOHe8POILoe,
ncuxonoe, mpaucnianmonoe. Ilepsuunas ouacnocmuka u Havaio mepanuu y oemeti ¢ 60AE3HbIO
Bunscona ocywecmensiemes Ha 6aze cneyuanuzupo8aHHO20 CMayuoHapa u KI04aen 6 CpeoHem
30 Kotiko-OHell ¢ 0053amenbHOU OYEeHKOU Memaboausma meou, cmeneHu @Guopo3uposanus
NeYeHOUHOU NAPEeHXUMbl U HAPYUEHUs NCUXO-HEe8PONOSUYeCKUX (OYHKYUll, ¢ onpedeneHuem
NOKA3aHUll OJis1 CBOEBPEMEHHO20 BbINOIHEHU. OPMOMONUYEeCKOU mpancnianmayuu nevenu [1-
10].

Koncepsamusnas mepanus nposooumcs Ha 6ase Kpy2ioCymouHo2o uiu OHEeBHO2O0
cmayuoHapa ¢ 00A3amenbHbiM KOHMpoaeMm J1abOpamopHulX noxazameneti U nocieoyrouen
NPEeMCmMEEeHHOCMbIO C  AMOYIAMOPHLIM 36EHOM 30pasooxpanenus: Ha 1 mecsiye mepanuu
OCYUeCmBIIAeMCsl  eXHCEHeOeNbHbIL KOHMPOb 1a00pamopHulX nokaszamenei, Ha 1 200y —
edlcemecaunslll, daree 1 paz 6 3 mecsaya, ¢ npeemMcmEeHHOCMbIO MeHCOY CMAYUOHAPHBIM U
amoOyIamopHuIM SManom HaOI00eHUs.

Cneyuanusupoeannoe cmayuonapHuoe HabnooeHue ocywecmensiemca 2 paza 6 200 Hd
baze Kpy2n0cymouHo2o cmayuoHapa uiu Ha 6aze OHeBHO20 CMAayuoHapa Npu Omcymcmeuu
HeoOX00UMOCMU 3AMeCMUMEeNbHOU UHQYZUOHHOU MePanuu, ¢ excemeciuHbiM amby1amopHbim

Habnr0OeHuem nayuermoe no mecmy acumeiibecmed epaqeﬁ cneyuaitucmoes. ne()uampa u
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2acmpoIHmMepPoN02a NPU NEeYeHOUHOU U CMEUAHHOU QOpMax 3a601e6anus, NCUXOHEBPON02A U
ncuxonoea npu cmewlantou popme bB.

Yuumvisasa cneyugpuxy memabonuueckux Hapywienui, KiuHuueckue u 1aOOpamopHvle
NpUSHAaKy 3a001esanus, HeEPeoKo NpomeKarue2o ¢ HeyoosIemeopumenbHblM HpPOSHO30M,
ouazHocmuxa u ievenue nayuenmog ¢ bB oonorcubl ocywyecmensimocs Ha 3 YpOGHAX:

| — nepsviil yposenv (Meduyunckue oOpeaHuzayuy, OKA3LIBAIOWUE NPEUMYUECTNIBEHHO
NEPBUUHYIO MEOUKO-CAHUMAPHYIO, 8 MOM YUC]Ie NEPBUYHYIO CREYUATUSUPOBAHHYIO, MEOUYUHCKYVIO
noMouwb);

Il — smopoti ypogenv (meduyunckue opeanuzayuu, oxazviearoujue NPeuUMyujeCmeeHHo
CNeyuanu3upoBanuylo  MeOUYUHCKYIO  NOMOWb,  umerowue 6  c8oeu  CmpyKmype
CReyuanu3upoBaHHble MeXCMYHUYUNAIbHbLE OMOENeHUs U (UIU) MeXCMYHUYUNATIbHbLE YEeHMPbL, 4
makoice patlorHvle U 20poOCKUe OUCHAHCEPDLL, MHO2ONPODUIbHbLE 20POOCKUe DOIbHUYDL),

Il — mpemuzii yposens (Dedepanvuviii — Hayunwsiii yenmp 300posvs demeti. Meouyunckue
opeanuzayuy, OKazvlearowue CHeYudIUsUPOBAHHYI0  MEOUYUHCKYIO NOMOWb, d  MAKHCe

Medub;uHCKue yupe:)fcdeHuﬂ, OKasvlearwuue 6blCOKOMEXHOI0CUYUHRYIO Meal/llx;uHCKyIO I’ZOMOU/]b).

3aoauu I yposna:
1. 3ano0o3pums 3a601e6anue N0 KIUHUYECKUM NPUSHAKAM,
2. ecnu  B03MOJICHO, NpOBECMU  UCCIe008aHue KpoGU HA  KOHYEHMPAyuro

YepyIOnIa3MURA U OYeHUMb CYMOUHYIO DA3ATbHYIO IKCKPeYUuro Meou ¢ MOYOl;

3. Hanpasums Ha KOHCYIbMAayuro 8 MeouyuHckoe yupexcoenue Il yposHs.

3aoauu Il ypoens:

1. noomeepocoaemcs (unu ucknrouaemcs) ouacnos bB;

2. Oucnaucepwoe  HabOMOOeHUe  —  UCNONL3YS — PEeKOMeHOayuu, npo8ooUms
OONOTHUMENbHYIO KIUHUKO-TAO0PAMOPHYIO OUACHOCMUKY U IeYeHUe.

3aoauu Il ypoens:

1. odemanvnoe obcnedosanue nayuenma c¢ BB mne pesce 1 pasza 6 200 c ewvioauel
3aKIIOUEHUS 0 OaTbHeluel MAKmuKe 1e4eHus;

2. JIHK-ouacnocmuxa BB,

3. nnanogoe neueHue.

B ycnosusix Dedepanvhoco yenmpa peKomMeHOyemcs —pecynapHoe  amOYiamopHoe
HaOnooeHue 3a OONbHLIMU  (NOIUKIUHUYECKUU npuem Ui OHeS8HOU CMmayuoHap) ¢
eocnumanuzayuel 6 Cneyualu3upo8aHHylo KIUHUKY (Kpy2locymouHoe omoeineHue) 6 ciyyae

paseumius O0CNOHCHEHULL 3a001e8aHU.
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6. lonosHuTEIbHASA HH(OPMAIUSA, BIUSIOIIASI HA TeYeHHe U UCXO0/
3200J1eBaHUS

6.1 Ucxoanl 1 NPOrHo3

BB sBnsercs mporpeccupyroiuM 3a00JIeBaHHEM M TPU OTCYTCTBUU CBOEBPEMEHHOMN
Tepanuu OOJbHBIE YMHUPAIOT OT OCJIOKHEHMH IMppo3a TMEYeHH W/WIH pexe OT
MPOTPECCUPYIOIIEN  HEBPOJOTMYECKOW cumnToMatuku. Ilpu Xenupyromen Ttepanud H
TpPaHCIUIAHTAIMH TEYCHH JITUTENIbHAS BEDKUBAEMOCTh MAIMEHTOB ¢ 00Jie3HbI0 BumbcoHa crana
HOPMOI, XOTS U HE OLIEHUBAJIACh TPOCHEKTUBHO.

[Iporno3 mpu BB cBsi3aH €O CTENEeHBIO JACKOMIICHCAIMM TEYCHOYHBIX (DYHKITUH,
TSXKECThIO HEBPOJIOTMYECKON CHUMITOMATUKA M MPUBEPKEHHOCTHIO Tepanuu. Hopmanuzanms
MEYCHOYHBIX (DYHKIMIA MPOUCXOTUT HA 1-2 romy Tepamuyl ¥ HE MPOTPECCUPYET MPH TOTHOM
BBIMIOJTHEHUH BceX pekomeHnanuid. KoHcepBatuBHas Tepanuss He d¢¢eKTUBHA TpU
bynpMUHAHTHOM TeueHHHM 3aboneBaHus. bbul paszpabotan mnporsHoctuueckuii uHaekc bB
(Dhawan et al.), coracHo KOTOpoMy oOIleHKa cCBbimie 11 ©amioB cBsi3aHa C BBICOKOM
BEPOSITHOCTBHIO JICTATHBHOTO UCXOJa IIPU OTCYTCTBUU CPOUYHOM OPTOTOMHYECKON TpaHCIIAHTALIUN
neuenu [1-10].

Tabauua 2 -Ilpornocruueckuii nanexc bB (B Mogndukanuum Dhawan et al.)

ITokasarenn 1 Gann 2 Ganna 3 Ganna 4 Ganna
bumpy6un (mxmons/m) | 100-150 151-200 201-300 >300
ACT (En/n) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
Jleitkormtsi (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
AnbOyMuH /1 34-44 25-33 21-24 <21

* Cymmapnas oyenka ceviute 11 6an1086 c6:13ana ¢ 8bICOKOU 8ePOAMHOCMBIO IEMAIbHO20 UCX00A
0e3 mpancniaHmayuu nedexu.

Hesponoruueckass cumnromatuka bB numbe uactuuHo oOpatuma MpH  Tepamnuu
XenaTopaMd M TPOBEJCHUM TPAHCIUIAHTALMM II€YeHH, YTO CBSI3aHO C HEOOpaTHUMBbIMU

MOPpAKCHUAMHU IMOJAKOPKOBBIX SAJICP I'OJIOBHOI'O MO3I'a TOKCUYCCKUMU KOHUCHTPALUAMU MCIU.

Kpurepuu oueHKH KayecTBa MeIUIUHCKOH IOMOLIU

Ne Kpurepuii Yposenn Yposennb
JAOCTOBEPHOCTH | yOeAUTEeIbHOCTH
A0Ka3aTeJNbCTB | PEKOMEHAaluM i
1. BrinoniHeHo ucclieloBaHUE KOHLIEHTPALIMKT C 1

HepyJiojiasMruHa B CbIBOPOTKE KPOBU

2. | BrimonHeHO oOmpeseneHne CyTOYHOM dKCKPEIIH C 1
Meau ¢ Mouoii (0a3anbHOMU U 1mociie mpooe)
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Brinmonneno HaszHaueHue npemnapata Jl- B 1
MEHUIMUTAMAH

BrinonHeno Ha3zHaueHHUE JUCTHI, HaHpaBJ’IeHHOfI Ha C 1
YMEHBUICHUEC NOCTYIUICHU MEIU B OpraHnu3M
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Hpuaoxenue Al. CocraB paGoyeid rpynmnsbl

BapanoB A.A., akan. PAH, npocdeccop, a.m.H., nupektop ®PI'AY «Hayunblii LEHTp 30pOBbHS
nereit» Munznpasa Poccuu, npencenarens Mcnonkoma Corosa neauarpoB Poccuu;
Hama3zoBa-bapanosa JI.C., akan. PAH, nmpodeccop, 1.M.H., TUPEKTOP-3aMECTUTENH TUPEKTOPA
HUN Ileguarpum um. I''H. Cnepanckoro ®I'AY «HayuHblii LEHTp 340pOBbsl JeTEil»
Munzgapasa Poccun, 3amectutens [Ipencenarens Mcnonkoma Coro3a nenuarpos Poccuu;
CypxoB A.H., yuenniii cexkperapp PI'AY «Hayunblii 1eHTp 370pOBbsl JeTeil» MuH3apaBa
Poccun, k.M.H., Bpau-ractposHTepoJior, wieH Coro3a neauarpos Poccuu;

MoranoB A.C., pod., 1.M.H., 3aB. TACTPOIHTEPOJIOTHUECKUM OTACIICHUEM C rernaToI0rHIecKOn
rpynnoii ®I'AY «Hayunslii 1eHTp 310poBbs neteil» MunzapaBa Poccuum, unen Coroza
neauatpoB Poccun.

Boupbinen I'.B., 1.M.H., TJIaBHBIA Hay4YHBIA COTPYAHUK racCTPOIHTEPOIIOIMUYECKOrO OTIEIEHUS C
renaronorudeckor rpynmnoii ®I'AY «Hayunblil neHtp 310poBbs aerein» Munsnpasa Poccun,
yined Coro3a nexuarpoB Poccum.

Humobanosa E.I'., K.M.H., cTapiuinii HAyYHbI COTPYAHUK TaCTPOIHTEPOIOTUYECKOIO OTIEICHUS
¢ renarojoruyeckoi rpymnmnoil ®I'AY «Hayunslii neHTp 310poBbs Aerei» Munsapasa Poccun,

yined Coro3a nexuarpoB Poccum.

Aemopbl noomeepicoarom omcynmcmeue QuHancosoil nodoepHcKU/KOHGIuKma unmepecos,

Komopulii Heo6xo00umo 00Hapooosams.
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Ipuiaoxenue A2. MeToaos10rusi paspadoTKku KINHUYECKHX
peKOMeHAauuin

Knunuueckue pekomenoayuu co30anvlt Ha OCHOBAHUU COBPEMEHHBIX MEHCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOauuil no OUAZHOCMUKE, J1e4eHUI0 U 6e0eHUI0 (OIbHBIX C 00/1€3HbI0
Bunvcona.

bonesuv Bunvcona ommnocumcsa K peoKuM HACTE0CHIBEHHBIM 3A0071€6AHUAM, YMLO
UCKTIIOYAem 603MOMNCHOCIb NPOGEOCHUA OO0NbMMUX KOZOPDMHBIX U PAHOOMUSUDOBAHHBIX
KOHMPOIUPOBAHHBIX UCC/I008AHUIL U 011 CO30AHUA RPOMOKOI08 OUAZHOCMUKU U Mmepanuu
UCRONIBL3YIOMCA  JIUWL MmemMamuuecKue uccie006anus IKCnepmos, OnyoOIuUKoGAHHblE 6

nocaeonue 06a oecamuiemus.

LeneBasi ayauTopus JaHHBIX KIMHUYECKUX PEKOMEHIAIMIi:
Bpauu-ractposnrepomnoru

Bpauu-neauarpel

Bpauu o0mieli BpaueOHOM MTPaKTUKH (CEMEHHBIC BpPAUH )
Bpauun-reneruku

Bpaun ynbTpa3sBykoBOUM JUArHOCTUKH
Bpaun-nabopantsl

Bpaun-natomopdomnoru

Crynentsl MenuunHckux BY3o0B

© 0o N o g bk~ w D

OO6yuaromuecs B OpAMHATYpE U HHTEPHATYPE

MeTtoabl, Hcnoib3yeMble A5 cOopa/cesleKIUN J0KA3aTeJIbCTB: MTOUCK B AJIEKTPOHHBIX
0a3ax J1aHHBIX.

Onucanue MeTOA0B, HCTIOJIb30BAHHBIX I OLEHKH Ka4ecTBA U CHJIbI JOKA3aTEJbCTB!
JIOKa3aTeabHOM 0a3oif  JuId peKOMeHJAlMi  sBJIAIOTCA  NMyOJMKalMM, BOIIEAIINE B
KoxpeiiHoBckyto Oubnnoteky, 6azpl manubix EMBASE, MEDLINE u PubMed. I'myOuna
IIOUCKA — § JIeT.

MeToabl, HCIOJIL30BAHHBIE /IVISI OIEHKH KAaYeCTBAa M CHJIBI /I0KA3aTeIbCTB:

® KOHCEHCYC IKCIIEPTOB;

® OIICHKA 3HAYMMOCTH B COOTBETCTBHH C PEHTHHIOBOM CXEMOH.

MeToabl, HCN0JIL30BAHHBIE VI AHAJIN3A 10KA3aTeJILCTB:

® 0030pbI ONYOJIMKOBaHHBIX METa-aHAU30B,;

® CUCTCEMATHYCCKHE O630pBI C Ta6JlI/II_IaMI/I J0Ka3aTCIbCTB.
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Onncanue MeTOA0B, HCIOJIB30BAHHBIX /ISl AHAJIM3A 10KA3aTeIbCTB

[Ipu orbope nyOnukanuii, Kak IOTEHUUAIbHBIX HCTOYHHUKOB JIOKa3aTeJbCTB,
UCIIOJIb30BaHHAs! B KaX/IOM MCCIIEJOBAHUU METO/0JIOTUS U3YydaeTcs Ul TOro, YTOObl yOeAUThCS
B €€ BaIMJHOCTH. Pe3ynbTar nM3yueHHs BIMAET Ha YpPOBEHb JJ0KA3aTeNbCTB, IPUCBAMBAEMBbII
nyOIMKauy, YTO B CBOIO OUEPE]lb, BIMSIET HAa CHIIy PEKOMEHAAINM.

JUis MUHMMM3AalIUMM TOTEHIMAIbHBIX OIIMOOK KaX/JI0€ MCCIeIOBAaHUE OIIEHUBAIOCH
He3aBUCUMO. JItoOble pa3nuuus B OLIEHKaX OOCYXJIAlIHUCh BCEH IpyNIONH aBTOPOB B IOJIHOM
coctase. [Ipu HEBO3MOXKHOCTH JOCTHKEHHSI KOHCEHCYCa IPUBJIEKAJICS HE3aBUCUMBIN SKCIIEPT.

Metoabl, HCNOAb30BaHHbIE [Jisi (OPMYJHPOBAHUS PEKOMEHJANMIi: KOHCEHCYC
AKCIIEPTOB.

HNuaukaropsl 1oo6pokavecTBennoii npakruku (Good Practice Points — GPPs)

Pexomenayemass 1oOpoKauecTBEHHAs NpaKTUKa Oa3upyeTcs Ha KIMHUYECKOM OIIbITe
aBTOPOB Pa3pabOTaHHBIX PEKOMEHIAINH.

JKOHOMHUYECKUH aHATH3

AHaiu3 CTOMMOCTM HE MPOBOAWICA UM MyOJUKaluu 10 (PapMaKkO3KOHOMHUKE HeE
aHAJIM3UPOBAIUCH.

Metoa Banmaanuu pekoMeHAanui

e  BoewHss sKcrepTHas OLEHKA.

e  BHyTpeHH: 3KcliepTHas OLEHKA.

Onucanue MeToa BAJIMIALMU PeKOMeHIalui

Hacrosimiue pexkoMeHpanuu B IpEIBApUTENbHON BepcHMM ObUIM  pELIEH3UPOBAaHbI
HE3aBUCHUMBIMHM JKCIEpTaMH, KOTOPBIX, MpPEXkAe BCEro, MONPOCUIN MPOKOMMEHTHPOBATb,
HACKOJIBKO JIOCTYIHA JUIs TOHUMaHMs HMHTEpIpeTalus JI0Ka3aTelbCTB, JeXalas B OCHOBE
PEKOMEH TalN .

Ot Bpayeil nepBUYHOTO 3B€HA (IIEAUATPOB, FACTPOIHTEPOIIOTOB) MOTYUEHBI KOMMEHTAPUH
B OTHOILIEHUM JJOXOJUYMBOCTHU U3JI0KEHUS JAHHBIX PEKOMEHJIAIMM, a TAK)Ke UX OLIEHKA BaXKHOCTU
IpeJlaraéMblX peKOMEHJallui, Kak HHCTPYMEHTA MOBCEAHEBHOM MPAKTUKH.

Bce kxoMMeHTapuu, MOJy4eHHbIE OT SKCHEPTOB, TIIATEIBHO CHUCTEMATH3MPOBAIUCH U
oOcyxjanuch wieHaMu pabodeil rpynnsl (aBropamu pexomeHjanuii). Kaxaelii myHKT
00CcyXayics B OTIACIHHOCTH.

KoHcyabTanus ¥ 3KcnepTHAs OLEHKa

[TpoekT pexkoMeHaanuil ObUT pPELEH3UPOBaH HE3aBUCHUMBIMU JKCIEPTaMH, KOTOPBIX,
NpeX/Ie BCErO, MONMPOCHIN MPOKOMMEHTHPOBATh JOXOMAYUBOCTH M TOYHOCTH WHTEPIPETAINN
JIOKa3aTeIbHON 0a3bl, JIeXKaIeil B OCHOBE PEKOMEHTaITHil.

Pabouas rpynna
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JUis OKOHYATEeNIbHOM peJakiMi W KOHTPOJS KayecTBa PEKOMEHIAIMH OBUIM MOBTOPHO
IPOaHAJIM3UPOBAHbl WIEHAMH paOoueil Ipymmbl, KOTOpble MPUILIM K 3aKJIIOYEHHIO, YTO BCE
3aMey4aHus 1 KOMMEHTapuu SKCIEPTOB MPUHATHI BO BHUMaHHUE, PUCK CUCTEMATHYECKUX OLIMOOK

npu pa3zpaboTKe peKOMEHIAlHi CBeJIeH K MUHUMYMY.
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Ipunoxenune A3. CBI3aHHbIE JOKYMEHTbI

IHopsaaxku oxkazaHusa MeAUIMHCKON nomowm: [Tpukas MunucrepcTBa 31paBoOOXpaHeHUS U
coranbHOro pa3Butus P® ot 16 anpens 2012 r. N 3661 "O06 yrBepknenun [lopsiaka okazaHus

neauaTpudeckor momounm"

CrangapTtbl 0OKa3aHUS MeIUIUHCKON moMmomu: CTaHIapT CrielMaain3upoBaHHON
MEIMIUHCKON TIOMOIIH JIETSM IIPU HapyIeHus X oomMeHna menu (6one3nn Bunbcona) [Tpukas

Mumnznpasa Poccuu ot 24.12.2012 N 15551
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IIpunoxenue b1. Anropurm BeieHus1 NANHEHTA

ITamuenT ¢ IMOJO3PCHHUEM Ha 6one3Hs Bunbcona

A 4

Jlnarnoctuka

Koncynbramus Jluaruos
PO IITBHOTO HOJTBEPKICH?
CHEHANNCTA
Ectp mokazanus [Tnanosoe
K Tepanuu? HAOJTIOICHHE Y
npodunsHOTO
CHENHAINCTA
Hasnauenue tepanuu B
CTallMoHape
MOHI/ITOpI/IHF COCTOSAHHSA ITIAaTUCHTOB,
MoJy4yaromux Tepamnnro
HucnancepHoe
HabIoIeHHE, CrabumnbHoe -
OCIHTATH3ALIHS
IJIaHOBasd TCpaInunsd cocTostHue? O
Ha JIOMY
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IMpuioxenue B. Uudopmanus 1/ NaMeHTOB

bonesnr BuibcoHa OTHOCHTCS K 4YHCITy Hauboiee TPYAHO JAHATHOCTHPYEMBIX
3a00JIeBaHUN TMEYEHU B CBA3H C JIUTEIBHBIM OECCUMITOMHBIM TEYEHHEM, OCOOCHHO Ha
HAYaJbHBIX CTAAMSIX 3a00JIeBaHuUs, U OOJBIIMM pa3HOOOpa3ueM KIMHUYECKOW CUMIITOMATUKH. B
CBsi3U ¢ 3TUM BB Heo0X0IMMO HCKIIIOYATh Y KaXKJIOTO MAlMEHTa JETCKOro M MOAPOCTKOBOIO
BO3pacTa C HEYTOYHCHHBIM 3a00JIeBaHHEM TIeueHU. Pa3paboTaH 4eTKUil alropuT™M TUArHOCTUKU
BB, uTo no3BosseT TOYHO MOATBEPAUTH UITU ONPOBEPTHYTH AUATHO3.

CBoeBpeMEHHOE Ha3HAYEHUWE TMAaTOreHeTH4Yeckod Tepanuu 1pu bB y  nerei
COIPOBOXKAACTCS PErpeccoM KIMHHUYECKOH CHMIITOMATHKH, MPEAoTBpaIlieHueM (GopMupoBaHUS
HMppo3a IEYEHW M HEBPOJIOTHYECKONM CHUMITOMATHKH, YIy4YIICHHEM KauyecTBa >XU3HU U

COIMAIPHOM aJjanTaluy peOeHKa.
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Ipuaoxenue I'l. bajmabHas mKaga IMArHOCTUKHU 00J1e3HM BiiibcoHa

|. CumnTombl basibl Il. JIaGopaTopHBbIe TeCThI babl
1.Konbua Kaiizepa- 1.DOkckpenust Meiu ¢ MOYOu

Ddrneitepa - HOpMa 0

- IPUCYTCTBYIOT 2 - 1-2 HOpMBI 1

- OTCYTCTBYIOT 0 - Ooniee 2 HOpM 2
- HOpMa, HO YBeJIM4YeHHE Oojee 5 HOpM 2
IIpU IPO0E C NeHUYUNLIAMUHOM

2.Heliponicuxuarpuyeckast 2. KonnuectBeHHOE ompejielicHue MEIHU B

CUMOTOMATUKa (M3MEHEHUs ouonTaTax ne4YeHu

Ha MPT) - HOpMa -1

- IPUCYTCTBYET 2 - 50-250 Mxr/T 1

- OTCYTCTBYET 0 bosnee 250 Mxr/T 2

3.KymOc-HeratuBHas 3.PonaMuH — TO3WTUBHBIC TeHaTOLUTHI

TEeMOJUTHYCCKAS aHEMUS (Ipy__HEBO3MOXKHOCTH _ KOJIMYECTBEHHOTO

- IPUCYTCTBYET 1 oIpesesieHUs] ME/IU B MIEYCHHU )

- OTCYTCTBYET 0 - IPUCYTCTBYIOT 0
- OTCYTCTBYIOT 1
4.YpOBEHb IEPYJIOTIA3MHHA B CHIBOPOTKE
KpOBH (1Ipu HOpMe Gonee 20 Mr/Iut)

- HOpMa 0
- 10-20 1
- menee 10 2

I11. MosekyasipHO-TeHeTHYEeCKOe HccIed0BaHNe (BbISIBJeHHEe MYTAUMi TreHa

ATP7B)

- TOMO3UT0Ta, KOMIAayHA-TeTePO3UroTa 4

- F€TEPO3UT0Ta 1

- MyTaluii He 0OHAPYKEHO 0

CyMMapHEIe OaJLIbL:

4 u Gosnee: BbICOKask BEPOATHOCTH Oosie3HH Buiibcona;

2-3: Bone3np BuiibcoHa BeposiTHa, HO TpeOyeTcs MaibHelIee 00CIeI0BaHHE TTAIUCHTA,

0-1: Bone3np Buiibcona coMHUTENBHA.

32




Ipuiaoxenue I'2. luarnocruyeckue kpurepun bB (mpuyuHbI

JJOSKHOOTPHUHATEJIbHBIX H JTOKHOIMOJIOKUTEC/IbHBIX pe3yJIl>TaTOB)

Tect N3mene [IpyuunHBI 10KHOIOIOKUTEIBHBIX [Tpuunns
HUS TIPU pe3ynbTaToOB JIO’KHOOTPUIIATEIIbHBIX
0omne3Hu pe3yJIbTaToB
Bunbscon
a
Hepynomnazmu | Menee bosiesnp Menkeca, IedyeHOUYHAs
H CBIBOPOTKU | 20 mr/mn HEJ0CTaTOYHOCTh, MaJIbabCcopOLIHs, OcTtpoe BocmasneHue,
JUTUTENIBHOE MapeHTEPAIbHOE TUTAHUE, TUIIEPICTPOTCHEMHS,
reTepo3urotTHoe HocutenbcTBo ATP7B, OCpEeMEHHOCTb,
arepysoia3sMuHeMus, HeppoTruueckuit OITyXOJIN
CUHJPOM, IETCKHIl BO3pacT MeHee 2 JIeT
Kousbna [Tpucyrc XPpOHHUUYECKHUE XOJIECTATUUECKUE Pannue cranuun
Kaiizepa- TBYIOT 3a00JieBaHUS MT€YCHH, HEOHATATbHBIN 6ose3nu BunbcoHa,
Quelilepa XO0JIeCTa3, neYeHOYHbIE (POPMBI
6ose3nu Bunbcona
OKCKpeuust bonee
MeIN C MOYOH 50
MKT/CYT Acumnromarnyoe
XpOHUYECKUI aKTUBHBIN renaTur, Te4eHue 0oJe3HU
DKCKpenus Bonee XPOHUUYECKHE XOJIECTATHUECKUE Buiibcona, pannue
MEIU C MOYOH 1600 3a001eBaHUs MTEUEHH, 3arPSI3HCHHE craauu 00JIE3HU
Ha ¢one /I- MKT/CYT MeZbI0 MPOOBI MOYH HIIU Taphbl U3BHE Bunscona, Tepanus
MEHUIUIIAMUH Xenaropamu
a
(500 Mr x 2
pasa)
bonee BryTpuneyeHouHbIN X0J€CTa3,
KonnyectBeHHO Tepanus xemaropamu
250 Yactuunas OununapHas atpesust, [1B11, .
€ coJiep>KaHue Henocratounsrit
M€ B TKAHU MK/ . VHCX . oOpas3ell meuyeHOYHON
WNunuiickuit AeTCKUi uppo3
NeYeHU TKaHU

N nononaTnuecknii TOKCUKO3 MEIBIO
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Hpuaoxenue I'3. Knunnyeckue npusHaku bB

[IposiBnenust 6o1e3HM
Bunbcona

CUMIITOMBI

[TopaxeHue neueHu

beccumnromHuas rematomeranus

H3onupoBaHHas CruieHOMETranus

Huronutuueckas AKTUBHOCTh OMOXMMHYECKUX
roKasaTelen

CrearorenaTut

Ocrtpslii (pyTbMUHAHTHBIN) reNaTUT
AyTOUMMYHOTIOTIOOHBIN renaTuT

uppo3 neyenu

[Topaxenune HTHC

JIBuratenbHble HAapyUICHUS (TPEeMOp, HEIMPOU3BOJIbHbBIC
JIBIKEHMS)

CiroHOTeUeHHE, TU3apTPUS

Purnnnas nucronusa

[IceBnoOynbbapHbIi CUHIPOM

Bererococynucras AucToHUA

Murpeneno100HbI€ TOJOBHBIE 00JIH

becconnuna

JucTonnyeckue ataku

HCI/IXI/IanI/I‘leCKI/IC
CHMIITOMBI

Henpeccust
HespoTtuueckoe nosenenune
W3meHeHus nuyHOCTH
Ilcuxo3

Hpyrue cucremsl

Odranpmonorust: konbia Kaiizepa-®neliepa, «MmenHas»
KaTapakTa

I'emonutnueckas anemus

Jlepmatosiornyeckue MpOSIBICHUS: «TOJyOble HOITEBbIE
JYHOUKH

[TaTonorus mouek: aMuHOAMTypUsl, HEPPOIUTHA3
[Taronorus ckenera: paHHUN OCTEONIOPO3, APTPUT
[TopaxxeHue cepana: KapAMOMHUONATH, HAPYILIEHHUS pUTMA
[TankpeaTut, )KeT4HOKaMEeHHas 00JIe3Hb
I'mmonaparupeousm, THMTAHTU3M

Hapymenne  MeHcTpyanabHOro — IMKJIa,  Oecruionue,
ITOBTOPHBIE BBIKUBIIIN
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Ipunoxenue I'4. Cxema nuarHocTuku 00J1e3HM Buiibcona

Ko+
Lep<20 mr/mn
24-h Cu >50 mkr

Ko+
Hep>20 mr/mn
24-h Cu >50 Mkr

Ko -

Hep<20 mr/an
24-h Cu <50 mxr

<

>250 MKr/T

A

Buorncus neuenu ¢
KOJIMYECTBEHHOM
OLICHKOM
CoJIepXKaHusl MeU

<250 MKI/T

Ko -
Hep<20 mr/on
24-h Cu >50 mkr

\/

buoncus neuenu ¢
KOJIMYECTBECHHOM
OLICHKOM
coJiepKaHusl MEIU

<50 MKI/T

A 4

/

Hpyroi nuaruos

F

MonekynsipHo-
TeHETUYECKOE
UCCIIEI0BAaHUE

[4

BoJae3ns Buancona

50-250 MKr/T

Puc. 1. Cxema quarnoctuku 6oJie3nn Buibcona.
Ipumeuanue: KO-konbiia Kaiizepa — dietitiepa; Lep — nuepynortasmun; 24-h Cu — cyrounas

AKCKpELUS MEIU C MOYOH.
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Hpunoxkenue I'5. PacmudpoBka npumedanunii

... — JleKapCTBEHHBIN npenapar, Bxoasumii B IlepeueHb KU3HEHHO HEOOXOMMMBIX U
BOKHEHIINX JIEKQPCTBEHHBIX MPENaparoB Uil MEAUIMHCKOro mnpumeHenuss Ha 2016 roxg

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

..."" — JleKapcTBEHHBIN Tpenapar, BXoasmuil B [lepeuens JIeKapCTBEHHBIX MPENapaTtoB

JUISL MEIULIMHCKOTO IIPUMEHEHMS], B TOM YHUCJIE JIEKAPCTBEHHBIX IIPENapaToB Ul MEIUIIMHCKOIO
NPUMEHEHHS, HAa3HAYaeMbIX 110 PEUICHHI0 BPAaueOHBIX KOMHUCCHHA MEAMLIMHCKUX OpraHU3alui

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
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